A spart of a study of figure   1 . The chart reviews the components of this syndrome. Special attention is directed to those manifestations indicated by interrupted lines: in the skeletal system, spina bifida occulta and hemivertebra; in the heart, interatrial septal defect and coarctation of the aorta; in the eye, coloboma of the lens and microphakia. In the present state of our knowledge these congenital anomalies of the more conventional type are difficult to explain on the basis of a unitary defect of connective tissue unless one assumes that the presence of this defect during embryogenesis produces an abnormal setting in which these particular anomalies occur with increased incidence. If this is true, these less frequent manifestations indicated by the interrupted lines may be considered secondary ones. temrn. Such Microscopic sections of the aorta (see figure 4D ) revealed replacement of most of the media by scar tissue. There were some areas of cystic medial degeneration. Elastic tissue stains revealed marked In this case a heart murmur had been described before the age of two years. Except that she never gained weight well and could not keep up with the other children at play, the patient was relatively well until April, 1952, when she had a first attack of paroxysmal tachycardia lasting several hours. Two more attacks occurred, one in May and a second in Sept. 1952 .
The patient was a tall, slender white girl of better than average intellect. She was 64 inches tall and weighed 79 pounds. She wore glasses for ectopia lentium, which had been discovered at the age of five years. The palate was high. The chest was long with convex scoliosis of the thoracic spine toward the right. The heart was not enlarged. However, a loud systolic murmur accompanied by a thrill was heard in the second and third intercostal spaces to the left of the sternum. The patient stood with rather marked pronation of the feet at the heels and moderate abduction. There was minimal genu valgum.
On fluoroscopy (see figure 6) figure 8A .) The father of the patient, a well-documented instance of this syndrome, died of dissecting aneurysm of the aorta at the age of 43 years. Of four siblings of the patient with this disease three have signs consistent with interatrial septal defect.
The patient demonstrates bilateral ectopia lentis, severe myopia, pronounced dolichostenomelia, very poor muscular development, severe kyphoscoliosis, pes planus, and by x-ray films pulmonary emphysema with bleb formation. The patient is shown in figure 8B . She recalled nothing suggestive of acute rheumatic fever. Mlost of her life she had been subject to exertional dyspnea. The patient died of uncontrollable heart failure about two weeks after delivery. Figure 8D shows the mitral valve with its vegetations in this case. 3 A. disease the malformations resulting from Rh incompatibility and from maternal rubella are important. Mother 
